VIK 616.832.522-004.1-071
T.b. BYPHAIIIEBA

Lenmp Hzpaunvcroii Meouyunvl, 2. Anmamel, Kazaxcman

PEBMATOJI1OINA

KJIMHUYECKHUHN CJIYYAU MO3JHETO JEBIOTA CIMHAJIBHOM
AMHUOTPO®UMN Y B3POCJIOIO MAIIMEHTA — DTAII B PA3BBUTUHN
BOKOBOI'O AMUOTPO®PUUYECKOI'O CKJIEPO3A?

OuazHOCMUKU.

aCIPOCTPAHEHHOCTh CIMHAIBHON aMHOTPOGHH Cpean

HaceJIeHHs 10 JaHHBIM pa3HbIX UCTOYHHKOB oT 0,65

mo 1,6 ma 100 000 nacenenus [2, 9, 10]. Paznmuunsie
KIMHUYeCcKHe (GOPMBI CIMHATBHBIX aMHOTPOGUIN OTIAMYAIOTCS
BO3PacTOM Hayalla, TEMIIOM NPOrPECCUPOBAaHMS U THIIOM Ha-
CJIeloBaHMs 3a00JIeBaHus, TSHKECTHIO TEUCHUS M MPOIOIIKH-
TenbHOCTHIO KU3HU [9]. [larorenes crnmHambHON MBIIIEYHON
arpoduH ¢ TIO3THUM JIeOFOTOM JI0 KOHIIa HEM3BECTeH. B oTtiure
OT CHIMHAIBHON MBIIIEYHOH aMHOTPpO(UH, AeOIOTHPYIOIHX B
nerckoM Bospacte, CMA ¢ mo3qHuM 1e0FTOM HE SIBISEeTCS
MOHOTEHHBIM 3a0oieBaHueM. B HacTosimiee BpeMst 00mIenpu-
3HaHHO, 4T0 CMA nMeeT KOMIUICKCHYIO MHOTO(aKTOPHYIO
9THOJIOTHIO, TJe TeHETHYECKHEe OCOOCHHOCTH COYETAIOTCS H
B3aUMOZICHCTBYIOT C areHTaMU OKpPY>KaloIlel cpejibl, KOTOpbIe
€11l He pacKphIThL. boiee Toro, MyTaliu B TeHe CyIepOKCHINC-
MmyTasbl (SOD1) acconnupyrores ¢ cemeinpiMu cirydasmu BAC
¢ peo0alaHieM B KIIMHUKE CHHIPOMa MOPaKEHUSI HIKHETO
MoOTOHelpoHa [4, 8].

B nHacrosiee BpeMsi HaKOIUIEHBI JAHHBIE O 3HAYMTEIbHON
BapHaleNbHOCTH KJIMHUYECKOH KapTUHBI U IIPOrHO3a TOH
penkoit maronoruu [4,11]. TIpuBoautcst coGCTBEHHOE HAOIIO-
JICHUeE.

TTanuent A., 40 neT, B MPOIIJIOM BOCHHOCITYXKAIIHiA, 00pa-
THJICSI K HEBPOIIATONIOTY C jKaJlo0aMu Ha c1aboCTh U OXYJCHUE
MBIIII IIPABOTO IJIeYa U MPOKCUMAIIBHBIX MBIIII ITPABOM PYKH.
B npyrux KoHeuHOCTSAX IBIKeHUs Oe3 orpaHudeHui. [lepuo-
JIMYECKN OTMEYAIOTCS MBIIIEUHBIE MOJEPIUBAaHHS U CYIOPOTH
B pyKax IPH BBINOJHEHHH (HU3UYECKON paboThl. YXydlleHue
CaMOYYBCTBHUS M YCHJICHHE CIA00CTH B pyKe OTMEUYaeTcsl Ha
xosione. HapyiieHue 4yBCTBUTEIBLHOCTH U 0OJIb OTPHIIACT.
KonTpons 3a dhyHKIHEH Ta30BBIX OPTaHOB COXPaHEH.

W3 anamHe3a 6osie3HH M3BECTHO, YTO C1a0OCTh B MpaBoif
pyKe MOSBMIJIACh YETHIPE rojia Ha3ajd y Mpexe 340poBoro 36-
JIETHETO MY)K4YMHBI, TOTJIa BIICPBBIE 3aMETHII HEKOTOPYIO HEJIOB-
KOCTh B IIPABOM pyKe NMPH YMBIBAaHUH, KOTZIA M3-3a CIab0CTH B
MPOKCUMANIBHOIM MyCKyJaType CTajo CIOXKHO MIOJHUMATH PYKY
JI0 YPOBHS ILTeda Jutst OpuThs. [103Hee MOSBUITNCH MBIICYHEIE
MIOZIEPTUBaHUS B IIPABOM pyke, HEOOIBIIOE MOXYACHUE MBI

lpusedeHo onucaHue criy4as no3dHezo 0ebroma criuHanbHoU amuompoguu y 6onbHoz20 40 nem.
OcobeHHocmb criydas — no30HUl 0ebrom, kpaliHe mMedreHHoe npozpeccuposaHue, acuMMempuYyHoe
goereyeHue 8 rnamosioaudeckull MPOYecc MorbKo MPOKCUMAaIbHbIX MbILWL, 8EPXHE20 M71e4e8020 1osca.
CnuHanbHas MblleqHass amuompoghusi ¢ no3oHuUM 0ebromom He siernsiemcsi eOUHOU Ho3oroauveckol
¢opmoli, a npedcmasngem coboli cUHOPOM, 8x00WUl 8 pa3nuyHble 3abonesaHus. Om Mpakmu4yecko-
20 gpaya mpebyromcecsa mwamernbHoe obcrnedosaHue 60bHO20 U rposedeHue OugghepeHyUarTIbHO20
OduazHo3a, makK Kak CriuHarbHasi Mblle4YHass amuompoghusi Moxem 6bimb 0e6omoM Kak Cepbe3HO20
3abornesaHusi ¢ HebrnazonpusimHbIM MPO2HO30M, makK u 3aboriesaHusi ¢ 006poKaYeCMBEHHbLIM MeYEHUEM,
8 OCHOBE KOMOPO20 f1exKam MomMeHyUanbHo KypaberbHble npuYUHbI.

Knroveenble crioea: criuHarnbHas MblledHas amuompoghusi ¢ no3dHum debromom, BAC — 6okosol
amuompogpuyeckuli ckrepos, dughghepeHyuarnsHas OuaeHoCmuKa, aeKmpomMuoepaghudeckue Kpumepuu

MIPOKCUMAJIBHOTO OT/IeJa 3Tol pyku. IlepeHeceHHble TpaBMBbI
w1 nHQEKIMOHHBIE 3a00JIeBaHus oTpHuIaeT. Het ykazaHuii Ha
YKYyChI KJIEHIOM M OCTpbIi mepuon 3abosnesanusi. CeMelHbIH
aHaMHe3 HE OTATOUICH 10 XPOHMYECKUM HEBPOJOTHYECKUM
3a0oneBaHMsIM. JKeHat, MeeT Tpex 3AOPOBBIX IeTed. Dmu-
JIEMUOJIOTHYECKUH U JIEKapCTBEHHBIM aHaMHE3 HE OTATOILIEH.
XpoHHYECKHE NHTOKCUKAIMHU oTpuiiaeT. [1o mecty xkurenbcTBa
BBICTABJICH JMArHO3: IPABOCTOPOHHSIS TICUEBas INICKCOTATHSL.
[Tocne xypca cocyaucToii Teparnuu, BATAMHHOB M HECTEPOU/I-
HBIX IPOTHBOBOCHAIIUTENBHBIX CPEJICTB COCTOSHUE CTaOMITU3H-
POBAJIOCH U B TEUEHHE YETHIPEX JIET HE MEHSIOCh: COXpaHsIach
c1abocTh B pyKe, K KOTOPOH OOJILHOW aJanTHpOBAJICS, — OH
MPOIOIDKAeT paboTark, BOAUT MAIIHHY.

[Ipu ocMOTpe B HEBPOJIOTHYECKOM CTaTyce: MEHTAJIbHBIN
ctaryc B HopMe. KpaHuanbpHass MHHepBanus 0e3 MaTOJOTHH.
OUOPMILISAPHBIX MOJSPrUBAHUN B MBIIINAX S3bIKa He OOHa-
pyxeHo. [IpokcuMaibHass MBIIEYHAs] THIOTPO(HS MPABOTO
IUIeya, OXyICHUEe BEPXHETOo IIeYeBOro mosica cipana (¢oro 1,
2). CHmKeHne peIIeKCoB ¢ 2-ITaBON MBIIIIBI TJIEYa H KapIio-
panuansHoro crpasa. KoneHHbIe, aXxUIUIOBBI J)KUBBIC, CHMMe-
Tpu4HbIe. MBIIIeuHas c1aboCTh 10 CerMEeHTapHOMY TuITy. Cria
MBIIII] CHWKEHA 10 2-X 0aJUI0B B a0JyKTOpax MpaBoro Iie4a u
crudarensix mpeAruiedbst (IeNbTOBAAHAS > TpaleuueBUIHAs >
Tpexmiasasi). Cuiia MBIIIIL B JIEBOH pyKe, B MajIbliaX PyK ¢ 00enx
CTOpOH 5 6aioB. DacUUKYISApHBIE TOSPTUBAHMS B OHIIETICAX C
00enx cTopoH. YyBCTBUTEIBHOCTD M (DYHKIIMHU Ta30BBIX OPIaHOB
He HapymeHsl. B mo3e Pombepra ycroituus.

JlaHHBIE JOMOTHUTEILHBIX METOJIOB UCCIICIOBAHUS: OOIIHE
aHaJM3bI KPOBH U MOYH Oe3 MaToJIoriy. buoxumimdeckuii aHamms
kpoBu, KOK B HopMme. ABCTpanuiiCKuil aHTUICH, aHTUTENA K
Bupycy renarura C, Kk BUY B xpoBu He BbLsBIeHB. OCcMOTp
okynmucta: VOD = VOS = 1,0. Ha ma3HoM gHe maTtojJoruu He
BeisiBiIeHO. DKI — 6e3 maronoruu. [Ipu peHTreHorpadun opra-
HOB IpyJHOM KJIETKH, KOCTEH IIeYEeBOr0 Mosica MaToIOTHIECKUX
W3MEHEeHUH He BbIsABIICHO. Y3 cocynoB pyk B Ipeiesiax HOpMBI.
UccnenoBanue (yHKIUHN BHEITHETO JIbIXaHUS 0€3 OTKIIOHEHHH
oT HopMbl. MPT mieiiHOro otae/ia MO3BOHOYHUKA — IIPU
HCCJEeIOBAaHUHN B CarUTTAIbHONM U aKCHAJIbHON MPOEKIHIX B
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®oto 1 — 2 — [MpoKkcumanbHas MblLLieyHas rMNoTpodms NPaBoro
nneua, NoxyfeH1e BEPXHero Nne4yeBoro rnosca crnpasa

pexumax T1 u T2 onpenensitoTcst CKONMoO3, AeTeHEpaTUBHbBIE
M3MEHEHHS 110 THITy 0CTe0X0Hpo3a (¢doto 3, 4), acummeTpud-
Hasi MbIILIEYHAasi TMIIOTPOQHs B MbIIILAX 11eu cripasa (poto 3); B
aKCUAJIbHOW MPOEKIMU CO CTOPOHBI CIIMHHOIO MO3I'a Ha yPOBHE
C2-C7 6e3 naronoruu. JI0noIHUTENBHBIX 00pa30BaHUii U 04a-
TOB ITAaTOJIOTHYeCKU n3MeHeHHoro MPT curaasa B mo3BOHOYHOM
KaHajie He BBIBICHO.

Hroubuarasg DMI' — BbLiBIEHBI IPU3HAKY J€HEPBALUU
1 PEMHHEPBAlUU B MPOKCUMAJIbHBIX MBIIIIAX MPABOH PYKH:
YBEJIMUCHHUE IPOJIOIDKUTSIIBHOCTH ¥ aMILTUTY (B IBUTaTEIILHO-
ro noreHuuana Ha 26,3%. 3aperucTpupoBaHbl OCTPHIE BOJIHEI
CIIOHTaHHOW MBIIIEYHOH aKTUBHOCTH B OUIIETICaX M TPHIETICAX
¢ obeux cTopoH. biok mpoBeseHus Mo HepBaM HE BBISBIIEH,

doto 3-4 — MPT wenHoro otaena No3BOHOYHMKA.
CKonu1os, gereHepaTmBHbIE U3MEHEHMs MO TMMY OCTEOXOHAPO3a,
aCUMMETPHMUHAS MbILIEYHAs TMNOTPOMUS B MbILILLAX LIEM CMPABa

KaK HeT U APYTHX U3MEHEHHH 110 TUILY AeMHEIMHU3ALIN: IPO-
BEJICHHE 110 JIBUraTeIbHbIM M YyBCTBHUTEIbHBIM HepBaMm 0e3
narosioruy. IlaTonorus BeIsIBICHA B IPOKCUMAIBHBIX MBIIIIIAX
BEPXHUX KOHEYHOCTEH ¢ 00eUX CTOPOH, B KIIMHUYECKH HE BO-
BJICUCHHOM PETHOHE, — OTMEUAIOTCS] PUTMHYHbIE OTEHIIUAIIBI
Gbacuukynsanuil B mokoe («PUTM YaCTOKOJIA»), YBEIHUSHHE
JUIUTENBHOCTH MOTEHIUATIA.

Taxum 00pa3oM, HalMEHT JAEMOHCTPUPYET KIMHUYECKHE
MIPU3HAKY OPAXKESHUS HIDKHETO MOTOHEMPOHA Ha IIEHHOM YPOB-
HE: BSUTBIN Tape3 U TUIIOTPOQHS MBIIILI, CHUKEHUAE CHITBI MBI
U acuukymsauuy, runopednexcus, 3aTpyJHeHHE TTOBCEIHEB-
HOM akTHMBHOCTH. CodeTaHHe XapaKTEpPHOrO KIMHUYECKOTO U
UEKTPOHEHPOMUOTPpahUUECKOro MaTTePHA MIPHU OTCYTCTBUH
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IPU3HAKOB BTOPUYHOM CUMITOMAaTH4YeCKOW amMHuoTpoduu,
MO3BOJISET OCTABUTh AWATHO3 CIIMHANBHON aMHOTpo(hHH, He-
T PepeHIInPOBAHHON (HOPMBI, C O3THUM JIS0FOTOM Y B3pOC-
noro nanuenra, cornacio MKb-10: G12.8 /[pyeue cnunanvhoie
ampoghuu u ceés3aHHble CUHOPOMDL.

ITanueHT B TeyeHHe rofa HaOMIOAANCS B HAIlEM LEHTpE.
CumnTomMaTrka ocTaBaiach 0e3 TUHAMHKHU: cIab0CTh B MIPOK-
CHMAaJIbHBIX MBIIIIAX NIPaBOH PYKU HE IPOIPECCUPOBAA, HO U
He yMeHblIanack. [larmeHTy ObUIO IIPOBEAEHO CHMIITOMATH-
geckoe MOAIepKUBAIOIIee JIeueHUe: (DI3HOTEePAIHs, Maccax
u JIOK, peabunuranus Ui OperynpexIeHus TYTONOIBHK-
HOCTH B CyCTaBaX, CIa0OCTH U aTpo()uy B MBIIIIAX; YIIPaX-
HEHUS Ha PacTSHKEHHE MBIIII] JUI1 CHATUS M30METPUUECKOTO
HaNpsDKEHUS U yIy4IIeHHs MUKPOUUPKYJSLUY; Ha3HAYECHBI
IpenapaThl, yIy4lIaloliue IPOBeIeHue HEPBHOTO UMITYNbCa,
KOPPUTHPYIOLIUE 3HEPIeTUUECKUE HAPYLUIEHUs B MBIIILAX,
yaydiamoonie nepudpeprudeckoe KpoBooOpalieHne, a TakxKe
npemnaparsl, crumynupytomue ¢yraknun [ITHC — HooTpoms! u
BUTAMHHBI TpynIisl B.

JImarHo3 u ero 000CHOBaHHe

HWrak, y Halero nannueHTa BhISBICHHbBIE HApYLICHUS CBU-
JIETETbCTBYIOT O IUC(YHKIINI MOTOHEHPOHOB MEPETHUX POTOB
CIIMHHOTO MO3ra Ha 1eifHoM ypoBHe. IIpexe Bcero y nauueH-
Ta ObLIa UCKIIIOUEHA JIEBOCTOPOHHSA MJIEKCONATHs, C KOTOPOH
GospHOMN HabMIOAAICS JUIUTENFHOE BpeMs. DTOT IUarHo3 ObuI
OTBEPrHYT HAa OCHOBAHUM OTCYTCTBUSI UyBCTBUTEIBHBIX HAPY-
IIeHUH (4TO HOATBEPKIACTCS Pe3yNbTaTaMi CEHCOPHOTO IIPo-
BEJICHI), 00JIEBOTO CHHAPOMA, 3aMETHOTO IIPOT PECCUPOBAHUS
3a001eBaHNs, HETUITMYHO MEIIEHHOTO TeUYEHHS U OTCYTCTBHS
B aHamHe3e TpasM [I1OII, cucTeMHBIX 3a00neBaHMI (BaCKyIH-
Ta, caxapHoro nuabera). K ToMy ke npu peHTreHorpaduu He
ObUIO BBIABIEHO IPUYMH, MOTYIIUX BBI3BAaTh IIEKCOIATHIO.
BrisiBnennsiit npu OMI' nepeaneporoBoil mpouecc no3Bosini
HOJHOCTBIO UCKJIIOUUTh 3TOT JUATCHO3. Y UUTHIBAs HAJIUYUE Y
MalMeHTa IPU3HAKOB NMOPaKCHHUs HMXKHETO MOTOHEHpOHa, a
TaKXKe MEUIEHHO IPOrPECCUPYIOLINI XapaKTep TeueHus 3a00-
JIeBaHMUS1, HEOOXOIMMO IpoBecTU AuddepeHnaIbHBIN THarHo3
¢ Tpymmnoii 3aboneBaHuii, 00beIMHEHHBIX OOITMM Ha3BaHHEM
«bone3Hn nBUraTeNbHOTO HEMPOHA», B YACTHOCTH C IIEHHO-
rpymHOH (GopMoi GOKOBOTO aMHOTPO(YHUIECKOTO CKIepo3a
(BAC). V Hamero marueHnTta orMeuaeTcst 100pOKaueCcTBEeH-
HOE TeueHHEe, OTCYTCTBUE IPU3HAKOB MOPAXKEHUS KOPTHKO-
CIMHAJIBHOTO U KOPTUKO-HYKJICApHOTO TPAKTOB, aCUMMETPUY-
HOCTb [Iape3a B TEUECHUE YKE JUIUTENILHOIO IIEPUOAA TTO3BOJIIIOT
UCKIJTIOYHTS Ki1accuueckyro popmy BAC. OnHako Haj0 UMETh B
BUIy OoJiee T0OpoKadecTBeHHYIO (popMy OOIEe3HH MOTOPHOTO
HelipoHa (cunnpom Bynbnuana — bepuxapara), 11 KOTopoi
XapaKTepHa Ha PaHHUX CTAIHAX 3a00JIeBaHUSA KapTHHA IO-
paskeHUs] NPOKCHUMAIBHBIX OTAEJIOB BEPXHUX KOHEUHOCTEH
6e3 BoBIeYeHNs Oynp0apHOH MyCKynaTypsl U MBIIII HOT [2,
7]. Cnenyer OTMETUTHh MAITYI0 U3Y4EHHOCTb 3TOTO CUHAPOMA
¥ HeOOJBIIIOe YNCIIO ITyOIUKAIH 110 JaHHOH IpoOIeMaTHKe.
Ha pannux cragusax 3adoneBaHue NPOSBISETCS BHIPAXKEHHBIM
HOXYIECHHEM U CIa00CThIO OTHON PYKH, IPEUMYIIECTBEHHO B
MIPOKCUMAJIBHOM OT/AEINE, IOATOMY €r0 BTOPOE Ha3BaHHUE «CHH-
JpoM cnaboil pyku» [7]. I1o qaHHBIM pa3HBIX HCTOUHHUKOB IIPH
Takoi (opme 3a001eBaHus B NanbHeleM B 52-54% ciny4aes
HATOJIOTHsl PacIpOCTpaHsIeTcs Ha OPYTyr CTOPOHY, IOCTeE-
MICHHO 3aXBaTbIBasi HOTU U OynbOapHble MbIIIEL. J. Katz u
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COABTOPHI 0003HAYMIIN ATOT BAPUAHT [IATOIOTUM MOTOHEHPOHA
CHUHIIPOMOM aMHOTPO(MHUUECKOH MIeUeBOH AUTUIETHH (amyo-
trophic brachial diplegia syndrome) [7, 8]. Cpeau 601bHBIX
npeobliaaloT MYKYHHBI B COOTHOLICHUH C KEHIIHHaMu 5:1
(1,5:1 mpu knaccuueckoM Bapuante BAC). list sToro 3a60-
JIeBaHMs XapaKkTepHO OoJjiee MEJIEHHOE MPOrpeccupoBaHue:
IUTUTENBHOCTh 3a00JIeBaHUsI COCTaBIACT B cpeaHeM 61-69
Mmecsues (27-35 npu o6eryHOM TeueHun BAC) [8]. CornacHo
pexoMeHJanuu EBpomneickoro KOHCOpIuyMa Mo HU3y4eHHIO
HEPBHOMBIIICYHBIX 32001€BaHU, KIIMHIYECKUMH KPHTEPHIMH
CIMHAJIBLHOM MBIIIEYHON aMHOTPODUH SABIAIOTCS: CUMMETPHY-
Hasl MBIIIEYHAs THUIOTOHHS M TUHIOTPOGUS, BacUuKyISIHH
Pa3INYHBIX MBIIIEYHBIX TPYIII, THIIO- WX ape(IeKCHsI MBIIILT
KOHEYHOCTEH, OTCYTCTBHUE YYBCTBHTEIBHBIX, MO3KEUKOBBIX
U MHTEJUIEKTYaJ bHBIX paccTpOiCTB. IIaTOTHOMOHUYHBIX H3-
MEHCHH MPH CIIMHATBHOHN MBIIIEYHOH amMmuoTpodun HeT. [Tpu
OHMI BBISBISIIOTCS] CHMIITOMBI HOPaKeHUS epr(epUIecKUuX
MOTOPHBIX HEHPOHOB: CIIOHTAHHAs MbILIEYHasi aKTUBHOCTb,
YBEJIMUEHHUE JUIUTEIBHOCTH U AMIUIMTYAB! MOTEHIHANIOB
JIEHCTBUS JIBUTATEIIbHBIX €UHHIL IPU HOPMAJIbHON CKOPOCTH
IPOBEICHUS UMITYJIBCOB N0 addepeHTHBIM U 3 depeHTHBIM
BOJIOKHAM INepu(epuIecKux HEPBOB.

TonbKo JutUTEIbHOE HAOIIOACHHE 32 TALIUEHTOM JAET IIPaBo
MPU3HATh CHHAPOM CIIMHAIBHOW aMUOTPO(HUH JINIIL STAIIOM B
pazsutuu BAC. Ho nockonbKy THIHYHBIE, BEIPAKECHHBIE MTPO-
SIBJICHUS1 000MX 3a00JIeBaHUIl pa3IUYaOTCs KaK KIMHUYECKH,
TaK 1 [IaTOJIOT0aHaTOMUUYECKH, UX CIIEAYEeT BBIACIATD B KAUECTBE
OTJETbHBIX MaToNornueckux Gopm [8].

OnucaHHBId KIMHUYECKUH clydald, HaJleloCh, IPUHECET
TOJTB3Y MPAKTHKYIOIINM BpadaM B 00eCIIedeHUH CBOEBPEMEHHOM
JIMAarHOCTHUKH, a/ICKBATHOM Tepariy U MPaBWILHOTO MPOrHO3a
Y Takoro poja NalyueHToB.
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T¥XbIPbIM

T.I. BYPHALLEBA

U3paunb Meduyuxa Opmansifbl, AniMamsl K., KasakcmaH

EPECEK EMOENYWIQEN APKA AMUOTPO®PUACDBIHbIH
KEW OEBKTIHIH KNUHUKANBIK XXAFOAWbI — BYNIP
AMUOTPODUKAIBIK CKINEPO30bIH OAMY KE3EHI?

40 xxacTafbl HaykacTafrbl apka aMMoTPOUSACHIHbIH Kell AeboTi
XaFaarblHbIH cunaTtTaMacsl KenTipinreH. XXargan epekweniri — ke
nebioT, aca 6asy yaey, xofapfbl UblK 6engeyiHiH npokcMManbabl
OynwblK eTTepiH FaHa aybITKYyLbINbIK yAepicke acuMMeTpusnbl
TapTy. Kew gebroTTi apka bynwbik eT ammotpoduscel GipbliHFaw
Ho3onorusanblK oopma 6onbin Tabbinmanael, an apTypni aypynapfra
KipeTiH cuHgpom Gonbin Tabbinagbl. MNMpakTukanblk AspirepaeH

HayKacTbl MYKMSIT 3epTTey XoHe anddepeHumanabl anarHo3abl
eTKi3y Tanan etineai, ce6ebi Apka Byniibik eTi aMnoTpoduschbl
XafbIMcbl3 6omkambl 6ap ayblp aypyMeH kaTtap, OHbIH HerisiHae
bIKTUMan Kypabenbai cebenTep xaTtaTblH KaTepci3 aFbiMFa ne aypy
nebioTi 6ona anagbl.

Heezizei ce30ep: kew debromi bap apka 6yuwbIK emiHiH amuo-
mpocgpusicsl, 6ylip amuompoghusinibik CKepos, dughgepeHyuanbobl
QuasHocmuka, QuagHocmukanayOblH 3r1eKmpomuogpachusibiK
Kpumepudinepi.

SUMMARY

T.G. BURNASHEVA
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CLINICAL CASE OF LATE ONSET SPINALAMYOTROPHY IN
AN ADULT PATIENT — A STAGE IN PROGRESSION OF ALS?

The article presents a clinical case of the SMA with late onset
in a male patient aged 40. A point of the case peculiar interest is
late onset, extremely slow progress, and asymmetrical involve-
ment of the upper limbs. SMA with late onset is not an unitary
nosological form but syndrome that is characteristic of various
diseases. A general practitioner should carry out a patient’s
examination carefully and pay particular attention to differential
diagnosis. It should be taken into account that SMA may be
both the onset of a serious illness with unfavorable prognosis
and of a disease with benign course resulting from potentially
curable reasons.

Key words: Spinal muscular atrophy with late onset, ALS —
amyotrophic lateral sclerosis, Differential diagnosis, Electrophysi-
ological (EMG) and nerve-conduction studies (NCS) diagnostic
pointers.




